Introduction
============

Primary tumors of the heart are rare, and among them, myxoma is the most frequent primary cardiac tumor.[@B1] Although cardiac myxoma can occur anywhere in the heart, 75% of the myxomas originate in the left atrium, generally in the area of the fossa ovalis.[@B2] Myxoma originating from the mitral valve is extremely rare. Here, we present a case of mitral valve myxoma.

Case
====

A 62-year-old male patient was admitted to our hospital with the chief complaint of motor aphagia that developed 2 hours previous to his visit. He had a history of traumatic subdural hemorrhage, which occurred 3 years ago, but had no neurological sequelae. There was no history of fever, syncope, orthopnea, or weight loss. His physical examination was unremarkable and electrocardiography showed a normal sinus rhythm. His chest X-ray revealed no abnormal findings. Routine laboratory tests showed normal findings except for an elevated C-reactive protein (CRP) level of 0.92 mg/dL and an elevated erythrocyte sedimentation rate (ESR) of 36 mm/hr. Upon the magnetic resonance imaging of the brain, there was evidence of an acute embolic infarction ([Fig. 1](#F1){ref-type="fig"}). As part of the patient\'s workup to find the source of the embolism, transthoracic echocardiography (TTE) was done. TTE revealed a highly mobile mass at the anterior mitral valve leaflet and trivial mitral regurgitation ([Fig. 2A and B](#F2){ref-type="fig"}). The patient subsequently underwent transesophageal echocardiography, which also revealed a 1 cm sized mass ([Fig. 2C and D](#F2){ref-type="fig"}). There was no thrombus in the left atrial appendage. A spherical mass was attached to the mitral valve by a short stalk and was located on the left ventricular (LV) side of the mitral valve. The mass was heterogenous in appearance, which showed central echolucent area, and prolapse of the mass into the LV was observed during diastole. To exclude the diagnosis of infective endocarditis, 3 pairs of blood cultures were obtained from 3 separate sites which yielded no bacterial growth after five days. The patient did not have predisposing conditions of infective endocarditis, fever, any immunologic phenomena such as Osler\'s node, Roth\' spot, or glumerulonephritis, and other microbiologic evidence of active infection. Therefore, our case did not fulfill the Duke criteria for the clinical diagnosis of infective endocarditis. An urgent surgical resection was planned to avoid the risk of further systemic embolization.

The patient underwent sternotomy and cardiopulmonary bypass. During the operation, an 1 × 1 cm sized pedunculated mass arising at the anterior mitral valve leaflet was found ([Fig. 3](#F3){ref-type="fig"}). The mass was whitish, round, and soft, and it was attached to the mitral valve by a short narrow stalk. After complete excision of the mass, there was no sign of mitral regurgitation and replacement of the mitral valve was not done. Upon histological examination, spindle-shaped cells and stellate cells were found in a myxoid stroma, which is consistent with myxoma ([Fig. 4](#F4){ref-type="fig"}). The patient had an uneventful postoperative course apart from an atrial fibrillation which disappeared after the use of amiodarone. He was discharged 7 days after the operation.

Discussion
==========

Cardiac myxoma is a rare disease, with an incidence between 0.0017 and 0.03% in autopsy series.[@B3][@B4] Myxoma can occur in nearly all age groups but occurs frequently between the third and sixth decades of life.[@B5][@B6] Sixty-five percent of cardiac myxoma occurs in women.[@B7] About 75% of myxomas originate from the left atrium, 18% in the right atrium, and 4% in the ventricle.[@B8] The exact incidence of myxomas originating from the mitral valve is not clear. In one study, it was reported as 1.5% (1 case among 68 myxoma cases).[@B9] Myxoma originating from the heart valve was first reported by Jaleski[@B10] in 1934, and the first premortem diagnosis of mitral valve myxoma was reported by Sandrasagra et al.[@B11] in 1979. In Korea, only 2 cases were reported since 1994.[@B12][@B13] Clinical manifestations of myxoma are determined by the location, size, mobility, and friability. Clinical manifestations can be divided into three general categories: systemic symptoms, embolism, and intracardiac obstruction. Systemic symptoms such as general weakness, fever, weight loss, arthralgia, and erythematous rash have been observed, and laboratory abnormalities such as anemia, elevations in CRP, ESR, and globulin levels have also been reported in patients with myxoma.[@B6][@B14][@B15] Myxoma can cause an embolism by way of the tumor emboli or thromboemboli that are released from or formed on the surface of the tumor. As most myxomas are located in the left atrium, systemic embolism frequently occurs. In most cases, the cerebral arteries are affected, and embolization into the renal, visceral, and coronary arteries has also been reported.[@B8] Symptoms due to intracardiac obstruction depend on the size, mobility, and location of the tumor. These symptoms include dyspnea, orthopnea, dizziness, syncope, and pulmonary edema. Whether myxoma of the mitral valve causes an embolism more frequently than a myxoma originating from the left atrium is not known.

Echocardiography is the most important and widely available method in the diagnosis of myxoma. Echocardiography can provide information on the location, size, shape, and mobility of a myxoma. When abnormal mass lesions are found on the heart valve, it is important to distinguish tumorous conditions from valvular vegetations. The characteristic narrow stalk is the most important feature of cardiac myxoma, and it is helpful when diagnostic confusion exists. The location of the mass also can help to discriminate between theses 2 conditions. As vegetations typically occur on the low pressure side of a high velocity turbulence jet, vegetations are often found on the atrial aspect of the mitral valve.[@B16] However, there are no echocardiographic features that can absolutely differentiate myxomas from vegetations. Therefore, clinical settings must be considered when diagnosing the patient.

The treatment of choice for myxoma is surgical removal, and complete excision is the goal. Immediate postoperative mortality ranges from 0% to 3.6%.[@B17][@B18] Arrhythmia is a common postoperative complication, which may require long-term medication.[@B18] Recurrence develops in 3% of the patients, and the rate is higher in familial cardiac myxomas.[@B19] It is not known whether replacement of mitral valve reduces the recurrence of mitral valve myxoma.

![Brain magnetic resonance imaging. High signal intensity lesion on diffusion weighted imaging (A) with decreased signal intensity on apparent diffusion coefficient value at left precentral gyrus (B) was observed which indicates hyperacute infarction.](jcu-19-228-g001){#F1}

![The transthoracic echocardiography (A and B) and transesophageal echocardiography (C and D) showed a 1 × 1 cm sized, highly mobile mass (arrows) on the anterior mitral valve leaflet. LV: left ventricle, LA: left atrium, RV: right ventricle, RA: right atrium.](jcu-19-228-g002){#F2}

![Whitish, round, and soft mass (arrow) was found on the anterior mitral valve leaflet (A) and it was completely excised from the mitral valve (B).](jcu-19-228-g003){#F3}

![Histologic examination showed spindle-shaped cells and stellate cells in a myxoid stroma (H&E stain, × 100).](jcu-19-228-g004){#F4}
